INTRODUCTION {#sec1-1}
============

Bilious vomit in neonates is almost always pathological and malrotation of the gut is one of the often encountered entities on exploration of such a case. The incidence of malrotation has been estimated to be 1 in 6000 live births. An increased incidence of 0.2% has been found in barium swallow studies,\[[@ref1]\] whereas autopsy studies estimate that the true incidence may be as high as 1% of the total population.\[[@ref2]\] Various associations are known along with malrotation. We report a very rare case of annular pancreas with malrotation associated with choledochal cyst. To the best of our knowledge, this is the first case in which such a combination of anomalies is reported.

CASE REPORT {#sec1-2}
===========

A full-term male neonate weighing 1900 g was born by lower segment caesarian section (LSCS) to a 24-year-old mother. The child was second in the birth order. Antenatal ultrasound performed in the third trimester showed polyhydramnios and single gastric bubble. The child became symptomatic with bilious vomit from Day 2 of life and was transferred to our center. On admission, the child was found to be lethargic and icteric. Laboratory parameters were normal except total bilirubin, which was 12 mg%. His abdomen was distended, especially the epigastric region, with visible peristalsis from left to right. Abdominal X-ray erect revealed the classical "double bubble" sign \[[Figure 1](#F1){ref-type="fig"}\]. Ultrasonography of the abdomen and color Doppler showed reversed relationship of superior mesenteric artery/superior mesenteric vein (SMA/SMV), distended stomach and duodenum, spleen centrally located and suspicion of an space occupying lesion (SOL) in the liver. The child was stabilized for one day and then he underwent laparotomy. Intraoperatively, we found a distended stomach, annular pancreas, type I Alonso--Lej choledochal cyst, evidence of incomplete rotation with DJ flexure on the right of the spine, loose lax floating appendix and ileocecum \[[Figure 2](#F2){ref-type="fig"}\]. The child underwent Kimura\'s duodenoduodenostomy + cholecystectomy and excision of choledochal cyst + Roux-en-Y hepaticojejunostomy + Ladds procedure. The operative time was 150 min, with blood loss of 15 mL. Oral feeds were gradually started on the 9^th^ post-operative day and the child was weaned off parenteral nutrition by the 14^th^ post-operative day. Fourteen months after the operation, the child is thriving well with normal liver function tests and normal ultrasound of the hepatobiliary system.

![Double bubble sign on plain abdominal film](JIAPS-20-155-g001){#F1}

![Operative findings: (a)Type I choledochal cyst (b) annular pancreas (c) Ladds bands and (d) malrotated small bowel](JIAPS-20-155-g002){#F2}

DISCUSSION {#sec1-3}
==========

Associated anomalies are generally the norm in neonates with surgical abnormalities. Malrotation of the gut has been associated with a number of anomalies like intestinal atresias, imperforate anus, cardiac anomalies, duodenal web and Meckels diverticulum.\[[@ref3]\] The literature search revealed reports of malrotation with annular pancreas,\[[@ref4]\] malrotation with choledochal cyst\[[@ref5]\] and choledochal cyst with annular pancreas.\[[@ref6]\] However, a combination of malrotation with annular pancreas and choledochal cyst is yet unreported to our knowledge. The abdomen being a "Pandoras box," the surgeon about to operate on a newborn should be aware of the various possible coexisting pathologies, look for them and surgically address them to avoid post-operative complications and undue embarrassment of a missed diagnosis. Definitive surgical single stage procedure of multiples anomalies in neonates can be safely performed in pediatric surgical centers with adequate pediatric anesthesia and neonatal intensive care facilities.
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